In 1953 Lichenstein proposed the generic designation "histiocytosis X" to encompass three major entities -eosinophilic granuloma, Letterer-Siwe disease, and Hand-Schuller-Christian disease.' The ultrastructural demonstration of unique cytoplasmic pentalaminar structures referred to as Langerhans' or Birbeck's granules is highly characteristic of eosinophilic granuloma, Hand-Schilller-Christian disease, and Letterer-Siwe disease.2 3 Histiocytosis X confined to the lungs, and this lesion's concurrence with Hodgkin's disease, seem to be exceptional, and we report two such cases with their characteristic histological appearance. The lung biopsies of our patients showed granulomatous lesions with distinctive histiocytes, varying numbers of eosinophilic leucocytes. The ultrastructural demonstration of characteristic intracytoplasmic tubular inclusions allows a confident diagnosis of histiocytosis X. Both patients had histiocytosis X limited to the lungs with no other clinical or radiological findings of extrapulmonary disease. The usual age at which primary histiocytosis X occurs is 15-20 years, with a male to a female ratio of 5: 1. The onset of disease is generally insidious, with few presenting symptoms, including cough, chest pain, shortness of breath, and weight loss.10 Rarely, patients may present with severe dyspnoea and a chest radiograph showing honeycomb lung.
The clinical course of histiocytosis X confined to the lungs is unpredictable. In reported cases, the evolution of this type of lesion has varied from spontaneous improvement to progression of disease. leading to significant pulmonary disability or death. There is no agreed course of treatment. Corticosteroids have been advocated as treatment early in the disease, but spontaneous remission occurring without therapy has been reported, and there is no good evidence that corticosteroids alter the natural course of the disease. However, some patients with symptoms appear to benefit from corticosteroid therapy.
Although the clinical and pathological features of pulmonary histiocytosis X have been documented, the aetiology of the disease remains unknown. Lichenstein favoured infection as a cause, since the disease's clinical features include fever, night sweats, and weight loss. Auld believed that the lesions might represent a state of hypersensitivity, as eosinophilic infiltrate and arteriolitis often accompany the histiocytic proliferation.11 Recently, Osband observed abnormal autoreactivity in patients with Sajiad, Lana multiple-site histiocytosis and attributed it to a deficiency in thymic lymphocytes.'2 Intracytoplasmic inclusions were first described ultrastructurally in the histiocytes of histiocytosis X by Basset et at2; initial suspicion of their viral nature was soon laid to rest and their structural identity with Langerhans' granules established.'3 The Langerhans' granules appear characteristic if not pathognomic of histiocytosis X and have been reported in patients with histiocytosis X at a variety of anatomical sites.14 Langerhans' cells have been identified in stratified squamous epithelium and in other tissues including the cornea, cervix, lymph nodes, and thymus.15 16 
